INTRODUCTION
============

The trichilemmoma is a benign solid tumor originating from external sheath cells of pilosebaceous follicles, and the desmoplastic trichilemmoma is a rare benign histological variant.^[@r01],[@r02],[@r03]^ Clinically, it may look like other cutaneous lesions.^[@r02]^ Among the differential diagnoses, we can cite basal-cell carcinoma, squamous cell carcinoma and viral lesions; the histopathological examination is necessary for diagnostic confirmation. We report here a case of desmoplastic trichilemmoma in a rare clinical presentation, simulating an invasive carcinoma.^[@r03]^

CASE REPORT
===========

Male patient, 78 years old, white, mentioned onset of a lesion in the right retroauricular region for 4 years, with progressive increase, associated with the presence of central ulceration and local bleeding. He denied pain and association with other signs and systemic symptoms. Previously hypertensive and diabetic, with a history of cerebrovascular accident 1 year ago. Ex-smoker for 40 years. He denied alcoholism. He denied similar cases in relatives. He mentioned a trauma next to the lesion site approximately 50 years ago, unrelated with the onset of current lesion. At the dermatological examination, he presented erythematous tumor with shiny borders and central ulceration, measuring approximately 2 cm along the largest diameter in the right retroauricular region ([Figures 1](#f01){ref-type="fig"} and [2](#f02){ref-type="fig"}). Diagnostic hypotheses were produced for basalcell carcinoma, squamous-cell carcinoma and keratoacanthoma. It was opted to remove the lesion by surgery. The anatomopathological examination was compatible with the diagnosis of desmoplastic trichilemmoma, without the presence of malignant processes, and associated with nevus sebaceous of Jadassohn in the periphery of the lesion ([Figures 3](#f03){ref-type="fig"}, [4](#f04){ref-type="fig"}, [5](#f05){ref-type="fig"} and [6](#f06){ref-type="fig"}). Patient is still under outpatient follow-up, with good clinical evolution and no relapse of lesion.

![Erythematous growth with shiny edges and central ulceration, measuring approximately 2 cm along its biggest diameter in the right retroauricular region](abd-89-05-0796-g01){#f01}

![Detail of lesion in the right retroauricular region](abd-89-05-0796-g02){#f02}

![HE. 40x. Panoramic view, evidencing the connection of the lesion to a hair follicle](abd-89-05-0796-g03){#f03}

![HE 400x. Histological aspect of clear cells, with the peripheral palisade](abd-89-05-0796-g04){#f04}

![HE 40x. Adjacent epidermis with papillomatosis, sebaceous hyperplasia](abd-89-05-0796-g05){#f05}

![HE 400x. Epithelial basaloid projections of epidermis, involved by fibroblasts](abd-89-05-0796-g06){#f06}

DISCUSSION
==========

The trichilemmoma is a benign tumor originating from external root sheath cells of pilosebaceous follicles, described for the first time by Headington and French in 1962. In 1990, Hunt and colleagues described a clinical variant of the neoplasm, the desmoplastic trichilemmoma, characterized by a central zone of desmoplasia, which can clinically simulate an invasive carcinoma.^[@r01],[@r02],[@r03]^

The desmoplastic trichilemmoma is a rare trichilemmoma variant and is predominant in women, usually after the fifth decade of life.^[@r01],[@r04]^ A tumor suppressor gene named PTEN/MMAC1 has been reported as the causal agent.^[@r05]^ Some authors consider it to be a kind of viral wart based on the findings of conventional microscopic sections. However, molecular genetic studies usually do not demonstrate papilloma virus in these lesions and thus a viral cause does not seem probable.^[@r02],[@r05]^

Clinically, it is characterized by a papule or nodule usually skin colored or erythematous, asymptomatic, with a dome-like appearance and a smooth or keratotic surface, frequently located on the face, possibly involving other locations such as neck, scalp, thorax and vulva. It presents a slow and progressive growth. The lesion evolution time can vary from months to years. Occasionally, it presents pearly edges and ulceration on its surface. It rarely exceeds 1 cm in diameter.^[@r05],[@r06]^

The trichilemmomas are small and circumscribed lobular or multilobular proliferations composed mainly of pale cells from the external sheath containing glycogen in its interior, usually with wide connection to the epidermal surface. The clear aspect of cells is due to the accumulation of glycogen, which can be evidenced by the combination of PAS stains with or without diastase. A papillomatous surface is common and there may be acute verrucous hyperplasia with hypergranulosis. Squamous swirls are also common. There is a palisade of small and compact basal keratinocytes at the periphery of a lobe, usually with a thickened adjacent basal membrane and periodic acid-Schiff with positive diastase (PAS-D). In desmoplastic trichilemmoma, histology is similar to trichilemmoma with central desmoplastic stroma.^[@r07]^ The center is composed of irregular cords and nests of basaloid cells embedded in a dense collagenous sclerotic stroma. Usually, the lesion mimics an invasive carcinoma. However, nuclear atypia and mitotic activity are not normally present.^[@r02],[@r08]^

The desmoplastic aspect of the lesion, characterized by cords of cells wrapped in fibrosis, can be observed in this case. The knowledge of this desmoplastic variant is important due to the possible confusion with basal-cell carcinoma. In this case, we also found acanthosis and pappilomatosis in the lesion periphery, in addition to sebaceous hyperplasia and small basaloid epidermal projections, configuring an associated nevus sebaceous of Jadassohn. This variant, known as desmoplastic trichilemmoma, is especially common in this context.

Cases of multiple facial trichilemmomas, with sclerotic fibromas and acrokeratosis verruciformis, may represent an important marker for the Cowden syndrome. Patients with Cowden syndrome show a tendency to develop internal malignancies, especially in the breasts, thyroid and gastrointestinal tract. It is important, in these cases, to carry out an investigation of possible systemic involvement.^[@r05],[@r09]^

Due to non-specific clinical presentations of desmoplastic trichilemmoma, it may look similar to other cutaneous lesions. Among the differential diagnoses we can cite basal-cell carcinoma, trichilemmal carcinoma, cutaneous horn, papilloma, intradermal nevus, seborrheic keratosis, sebaceous carcinoma, invasive carcinoma and squamous cell carcinoma. Histopathologic examination is required for diagnostic confirmation.^[@r04],[@r08]^

Indeed, it is important to consider the histological analysis of desmoplastic trichilemmoma, for it simulates trichilemmal carcinoma, squamous-cell carcinoma and basal-cell carcinoma, with direct implication in misdiagnosed cases.^[@r04]^ Immunohistochemical methods can be used to differentiate the desmoplastic trichilemmoma from other tumors with follicular differentiation.^[@r03]^ The trichilemmoma expresses marker BCL-2 in the most peripheral portion of neoplastic cells. In this case, marker Ki67 was measured, which evidenced a low cell proliferation rate (30%), more intense in the periphery of the lesion, which favors the profile of a benign process.

Since it is a benign neoplasia, surgical excision of desmoplastic trichilemmoma is not necessary. However, as it is a rare cutaneous neoplasm and easily mistaken for other invasive cutaneous neoplasms, a complete surgical excision is advised for histopathological examination and diagnostic definition. There are also reports of association of desmoplastic trichilemmoma with atypical basaloid proliferations, such as basal-cell carcinoma, maintaining the importance of diagnostic confirmation by histopathological analysis of the lesion.^[@r08],[@r10]^
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